A patient with fulminant Guillain-Barre syndrome developed pupillary denervation, loss of all brain stem reflexes and a complete flaccid quadriparesis. Pathological studies confirmed this was due to a primarily demyelinating process and not an axonal form of Guillain-Barre syndrome.
Case report A 63 year old previously healthy homosexual man noted pains in both legs and across his shoulders. Next morning he developed a generalised progressive weakness preventing him from walking. His voice became hoarse and he noted tingling on the left side of his forehead. On examination he was apyrexial, pulse 68, BP 150/90 and general examination was normal. His left pupil was noted to be larger than his right with normal reaction to light and accommodation. He had a flaccid areflexic quadriparesis with grade 3/5 weakness of both arms and legs.
No sensory abnormalities were found. Over the next 12 hours his weakness progressed and he required mechanical ventilation. Investigations revealed an acellular CSF, with elevated protein (0-66 g/l), CSF glucose 3-6 mmol/l (blood glucose [5] [6] [7] [8] [9] mmol/l). Full blood count, ESR, urea and electrolytes, liver function tests, blood lead and thallium, urinary porphyrins, HIV antibody, HIV p24 antigen, Hepatitis B sAg, VDRLUTPHA and CT brain scan were all normal or negative. Two days after admission he had 4 mm pupils unreactive to light, no eye movements on doll's eye manoeuvre or caloric testing and absent corneal reflexes. He had no cephalic or peripheral response to pain and was areflexic.
Electrophysiological studies performed three days later found absent median, ulnar and sural sensory action potentials and no motor response was obtained from stimulation of median, ulnar, common peroneal or posterior tibial nerves. EMG revealed no spontaneous activity but showed an increase in insertional activity. A sural nerve biopsy was performed six days after the onset of neuropathic symptoms. EEG showed symmetrical generalised low voltage rhythmical alpha activity of [7] [8] [9] [10] [11] Hz with mixed activity at 1 *5-6-5 Hz. Episodes of low frequency delta waves of about 1 Hz up to 50 uV in amplitude were evident in the posterior central areas. Beta activity at 14-20 Hz was diffuse. No response was seen to painful or visual stimuli. Visual evoked potentials to flash and brain stem auditory evoked potentials were normal. Repeat CSF one week after admission was acellular with a protein of 1-26 g/l. Instillation of one in 1000 adrenalin to both eyes produced a 1 mm dilatation after 20 minutes. 0-125% pilocarpine drops produced constriction of 1-5 mm at 20 minutes; instillation of 4% cocaine produced no response. Subcutaneous injection of one in 1000 histamine produced no weal at 30 minutes, when the weal in a normal control subject was maximal.
At this point his blood pressure began to fluctuate between 110/60 and 180/110 and later that day he developed sustained hypertension which was treated with nifedepine. He had plasma exchange (total discard 12 11 and bt showed a norms rhythm unresponsive to painful andstimulation, the pattern found in our in patients with the "locked in" synd, other aetiologies. "'Three of the patieni ered; one returned to work after 28 n another was walking with a stick after 12 -months' and the third was breathing independently after 15 weeks'2 and at 14 months was -wheelchair bound.'" The fourth died" and necropsy was performed (see below). 
